SUMMARY -A case of sacrococcygeal chordoma in a 9-year-old boy is presented. The symptoms at presentation were pain in both legs and sacrococcygeal region for the last two years that increased in the last four weeks irradiating mainly to the left leg. X-ray and CT scan examinations of the lumbar region revealed an expansive process in the coccygeal region with multiple calcifications and a partially eroded coccyx. There was no invasion of the retroperitoneum and regional lymph nodes. A biopsy was performed and showed cords and nests of cells with large cytoplasm, sometimes vacuolated, nuclei with moderate pleomorphism and clumped chromatin. Immunohistochemistry with avidin-biotin peroxidase technique showed positivity for CK, S-100 protein, CEA, vimentin and to EMA. Chordomas are a distinctly uncommon neoplasm in the first two decades of life, specially in the sacrococcygeal region. They have an aggressive behavior. Treatment of choice is complete resection.
The present report deals with a case of chordoma affecting the sacrococcygeal region in a nine-year-old boy. As far as we concern no previous similar report has been found in the Brazilian literature.
CASE REPORT
MB, a 9-year-old boy was admitted to hospital presenting pain in both legs and sacrococcygeal region for the last two years. The patient related that this pain increased in the last four weeks irradiating mainly to the left leg. Physical examination revealed moderate muscular atrophy in both legs, diminished patellar reflex and pain during flexion of the left leg. X-Ray examination of the lumbar region revealed multiple calcifications and a partially eroded coccyx. CT scan (Fig 1) showed an expansive process in the coccygeal region. There was no invasion of the retroperitoneum and regional lymph nodes. A biopsy was performed and showed cords and nests of cells with large cytoplasm, sometimes vacuolated, nuclei with moderate pleomorphism and clumped chromatin (Fig 2A, 2B and 2C ). These cells were immersed in a myxoid background. Immunohistochemestry with avidin-biotin peroxidase technique showed positivity for CK (cytokeratin), S-100 protein, CEA (carcinoembryonic antigen), vimentin and to EMA (epithelial membrane antigen) (Fig 2D) . The results confirmed the diagnosis of chordoma, classical type, showing significant atypia and foci of necrosis which suggest aggressive behavior. Total extirpation when technically feasible offers the best chance for cure 5,9 . Keisch et al suggest postoperative radiation 7 . The goal of treatment must be complete surgical resection, avoiding violation of tumor, so that disease-free margins can be achieved 5 . This is the most important factor in reducing recurrences which are estimated in 25% 5 .
COMMENTS
The survival rate ranges from 30 to 76% in five years 6,7,9 . The incidence of metastasis varies from 18 to 45% and only occurs later in the course of disease, mainly in large sized sacrococcygeal tumors 2,5,6,9 . Metastases are found in bones, lymph nodes, brain, lungs and abdominal viscera 9 . Chordomas in early childhood may have a tendency to grow more rapidly and to metastasize more frequently than those in adults 3, 6 .
